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328 Review of a paediatric cystic ﬁbrosis (CF) centre to assess
changes in outcomes over decade
M. Jaksic1,2, J. Tate2, J. Vyas2, C.A. Byrnes1,2. 1University of Auckland,
Paediatrics, Auckland, New Zealand; 2Starship Children’s Health, Respiratory,
Auckland, New Zealand
Objectives: To determine whether the changes in management of children with
cystic ﬁbrosis (CF) have resulted in improvement in patient outcomes by comparing
2000 and 2010 data.
Methods: Retrospective review of clinical notes using annual review data recording
respiratory and nutritional parameters of children under full care at Starship
Children’s Hospital CF Clinic in 2000 and 2010.
Results: There were 50 (31 males) and 51 (31 males) children in the 2000 and
2010 clinics respectively. The mean age was 8.5 years (range 0.5–17.5) in both.
Mean FEV1 was 81% (range 35%-132%) in 2000 and 89% (range 54%-128%)
in 2010. There were no children on nebulised hypertonic saline in 2000 but 45%
were receiving it in 2010, with the precentage on RhNDase unchanged. Regarding
chronic infection: 73% and 65% had Staphylococcus aureus (3% MRSA), 50% and
53% had Pseudomonas aeruginosa, 2% and 4% had Burkholderia cepacia, 4% and
20% had Stenotrophomonas maltophilia in 2000 and 2010 respectively. Deﬁning a
BMI of<25% as nutritional failure, this occured in 29% in 2000 and 18% in 2010.
12% of patients in 2000 and 45% of patients in 2010 were on additional nutritional
supplements with no difference in gastrostomy numbers.
Conclusion: There have been improvements in lung function and nutritional
parameters in patients across one decade − potentially associated with increased
use of hypertonic saline and nutritional supplements. This is despite an increase
in the numbers with chronic Pseudomonas, Burkholderia and Stenotrophomonas
infections. However, the latter may in part reﬂect a more aggressive policy of
detecting and identifying infecting organisms.
329* Effects of clinical variables and social status on clinic defaulting
in adult CF (cystic ﬁbrosis) patients
A. Ashish1, M.J. Ledson1, M.J. Walshaw1, M. Shaw2, D. Nazareth1. 1Liverpool
Heart and Chest Hospital, Respiratory Medicine, Liverpool, United Kingdom;
2Liverpool Heart and Chest Hospital, Clinical Information, Liverpool, United
Kingdom
Background: As part of their clinical care CF adults are expected to attend
outpatient clinics regularly. However, clinic defaulting can be a problem in young
adults. We assessed clinic defaulting in our large adult CF unit and investigated any
underlying clinical and socio-economic factors associated with it.
Patients and Methods:We undertook a 5-year review of case notes and the hospital
database of 213 adult CF patients (mean age 28 years [SD 8.5], mean FEV1 77%
[24.6], mean BMI 21.4 [2.4], 96 [45%] female) to assess clinic default rates. These
were then compared with clinical variables and the social deprivation index (IMD),
generated from the postcode, using bivariate correlation and logistic regression.
Results: Over a ﬁve-year period, mean number of clinics attended was 27.7
(range 1−69) and mean defaulting rate was 17% (0−80) (routine NHS clinic
default rate is 12%). There were no associations between clinic defaulting and
social deprivation (IMD rank) or clinical parameters (FEV1, BMI, CFRD, and
Pseudomonas infection status), but 51 repeat defaulters (deﬁned as missing >25%
of scheduled appointments) had higher yearly admissions (median 4 [2−10] versus
1.5 [0−4]) and consumed more expensive bed-days (median 40 per year [17–130]
versus 6 [0−40]), (both p< 0.001), than regular clinic attenders.
Conclusion: Clinic defaulting is higher in adult CF than in the general hospital
population. Non-attendance was not related to clinical parameters or social depri-
vation, but repeat defaulters were more likely to consume inpatient resources more
frequently. Whether this is a reﬂection of lifestyle choices or of poor adherence
with regular treatment merits further study.
330* Factors predicting outcome in adolescents with
cystic ﬁbrosis (CF) after transition to adult care
A.D.L. Javellana1, E. Sigurdson2, H. Pasterkamp1. 1University of Manitoba,
Pediatrics and Child Health, Winnipeg, Canada; 2University of Manitoba,
Psychiatry, Winnipeg, Canada
Survival in CF continues to improve. In Canada, almost 60% of patients are now
>18 years of age. We speculated that medical and psychological factors can be
identiﬁed during childhood and adolescence that predict outcomes after transition
to adult care. We reviewed data from all patients who transitioned after 2001 at
our hospital and who had at least one year of follow-up at the Adult CF Clinic
by July 2010. Potential predictor variables were compared to the outcomes of
death, lung transplantation and the annual change in lung function after transition.
Focused interviews with representative individuals assessed psychological aspects
of transition. 23 individuals (11 male) transitioned at a median age of 18.3 y (range
15.8–20.3 y). At transition, their FEV1.0 was 74.3% predicted ± 17.9 (mean±SD)
and body mass index 34.3±27.1%. Comparing data pre- and post-transition, an
increase in CF-related hospital admissions before was associated with death after
(p< 0.0001) and a steeper rate of decline in maximum mid-expiratory ﬂows before
with lung transplantation after (p = 0.004). The ratio of residual lung volume to total
lung capacity (RV/TLC) at transition (p = 0.02, r2 = 0.7) and the annual rate of rise in
RV/TLC (p = 0.01, r2 = 0.7) before were independent predictors of the rate of decline
in lung function after transition. Results from 10 interviews emphasized the ability
to adapt to change and gradual encouragement of independence as most important
for best outcomes in the transition process. Identifying predictors of increased risk
prospectively during childhood and adolescence may allow paediatric CF teams to
optimize the individual’s course of transition to adult care.
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Objective: Physical activities (PA) in patients with cystic ﬁbrosis (CF) have positive
effects on overall health and social matters. The sub-project “home-based” PA in
the multimodal project supports children with critical clinical courses to implement
PA in daily life by individual telephone coaching (TC).
Methods: Children aged 8 to 18 years with critical courses (FEV1 below 80%
predicted during 3 consecutive years from the German Registry data resource) were
included by recommendation of the local CF centres. By prior arrangement among
physician and external PA coach, the coach assessed the patient’s preferences and
ideas about PA. The most recommendable proposition was considered aiming its
implementation in daily life. Changes in attitudes and pulmonary function were
assessed.
Results: 52 patients (mean age 14.5 y) completed the ﬁrst period of 12 months.
Three groups were analyzed: 17 patients (32.7%) had been performing PA previ-
ously, 25 patients (48.1%) newly implemented PA due to this project, and only
10 patients (19.2%) did not implement PA in their daily life. Patients implement-
ing PA revealed stable or increased FEV1 (FEV1D = 1.1±15.6%), while those
who did not achieve implementation had stable to downward trends (FEV1D =
−2.3±14.1%).
Conclusion: Our data from children with critical courses show that only one third
performed PA before inclusion in the project. Within TC implementation of “home-
based” PA was successful in half of all cases. Although we cannot differentiate
whether other sectors of the multimodal project were causative for the trends of
improvement of pulmonary function. Nevertheless the results of activated children
are promising.
